Di8cu88ion.-Dr. MCALPINE: The clinical picture in this case can be divided into two phases. The first began in the middle of J-anuviry 1938 with catarrhal symptoms followed by pains in the trunk and a rapidly developing myelitis at the level of D. 4. Subsequently there was a slow and incomplete recovery. The points which suggested acute disseminated myelitis rather than disseminated sclerosis were (1) the pain at the commencement, (2) the condition of the reflexes in the lower limbs-namely loss of knee-jerks with brisk ankle-jerks and extensor plantar responses. A finding which is difficult to explain was the complete retention of postural sense in the toes while at the same time vibration sense and recognition of figures drawn on the skin were completely lost below D.4. I have never previously seen this posterior column dissociation in acute myelitis.
The second phase of the disease began in July, a month after the patient's discharge from hospital, with rapid failure of vision and signs of a fresh myelitis at the level of D.3. Of interest was a bilateral loss of thermal and pin-prick sensation between C.6 and D.1 on both sides. Other forms of sensation were normal for a few days; subsequently postural loss, etc., become profound with loss of power.
It is obvious that the lesion in the cervical region began in the centre of the cord and spread outwards and upwards. Other points are (1) persistent loss of postural sense in the hands and feet six months after the second relapse;
(2) sparing of the lower sacral segments on the left side; (3) complete permanent blindness, both eyes. I think these points rule out disseminated sclerosis. Is this a case of so-called neuromyelitis optica? There is nothing in the clinical picture which does not fit in with the diagnosis of this disease; in particular the cervical cord is often affected by a central area of necrosis. Blindness is said to be very rare.
A review of the literature, however, during the past ten years shows an unusual number of cases of bilateral retrobulbar neuritis with or without signs of myelitis. In most of these cases a mild papilloedema was present, and in the majority sight was restored partially or wholly. Most of the authors writing on this subject have classified these cases not as examples of neuromyelitis optica, but as forms of acute disseminated encephalomyelitis. This disease seems to have taken the place of epidemic encephalitis. Relapses are comparatively rare, but do occur, and I believe that the present case is an example of this disease in which the virus has remained active.
Dr. MACDONALD CRITCHLEY said he believed that in neurology there were two mythical maladies, and that one of them was neuro-optical myelitis. He thought the present case would be relegated to the category of disseminated encephalomyelitis, as Dr. McAlpine suggested.
The PRESIDENT asked whether any encephalitis was present. [" No, unless an affection of optic nerves."] He had asked the exhibitor whether he had observed hemianopic loss when the symptoms occurred. That would have been interesting, because the virus or agent, which could be called "x," passed up in funicular fashion. Some called the disease funicular myelopathy, an obscure set of words. The point was its funicular character, as if there were partitions in the cord, of which nothing was yet known. Why should a noxa go up the whole funiculus of motor cells and never spread beyond, leaving the lateral horn untouched, as well as the posterior ? In the cases of the kind which he had seen there was very little spread to the chiasma, and there was a transient hemianopic defect before optic atrophy set in.
Spino-cerebellar Ataxy with Amyotrophy.-W. .G. WYLLIE, M.D.
Alice M., aged 67, was normal up to the age of 49, when she commenced to have trembling of the hands, followed by weakness and dragging of the legs, hesitancy of speech, giddiness and wasting of the muscles of the hands and feet. The progression of the symptoms has been very gradual, and latterly there has been little change.
Family history.-Father died aged 88; had had shaky arms for many years, gradually becoming paralysed and bedridden, unable to raise his arms. Siblings: one brother and one sister, both dead; neither had any nervous complaint. Patient has two daughters, aged 39 and 38, both healthy; eldest has a healthy child aged 3 years.
Present state.-Unsteady ataxic, steppage gait, often falls. Marked intention tremor of hands. Trembling movements of lower jaw, most noticeable on speaking.
Staccato speech. Slight titubation of head.
Optic discs nlormal. Pupils equal and react to light. Nystagmus usually absent, occasionally very slight on left lateral deviation. Other cranial nerves normal.
Arms.-Clawed hands with marked wasting of the intrinsic muscles, and some wasting of the forearms. Strength good at shoulder; poor distally. Marked intention tremor. Tendon-jerks absent.
Legs.-Drop-foot-bilateral. Kneeand ankle-jerks absent, plantar no response. Sensory changes.-Slight diminution to light touch at the periphery of the extremities, and some impairment of joint sense and sense of position in the legs, also vibration cause reduced. No sphincter disturbance.
Intelligence.-Fair, rather facile; memory rather confused.
Di8cusaion.-Dr. WYLLIE: The main points of interest in this case are the association of localized muscular atrophy with generalized ataxy, the almost synchronous onset of the two conditions, and their commencement late in life, i.e. at 49 years of age. I suppose there is no doubt that the condition belongs to the hereditary ataxias or hereditary degenerative conditions of the cord and cerebellum. There is a history of a similar complaint in the father, though the patient does not remember many details. As to the muscular atrophy being so localized to the periphery, I can find no record of similar cases in the literature, though muscular atrophy is mentioned as commencing at a late age. There is a familial or spastic condition with amyotrophy, with onset in childhood, and in which only the hands were affected. At an autopsy on such a case there was found to be degeneration of the pyramidal columns, the anterior horn cells, and the size of the cerebellum was small. In the present case one would expect that the spino-cerebellar tracts were affected, and the dorsal columns, with a local degeneration of anterior horn cells in the cervical and lumbar enlargements.
The PRESIDENT remarked that in the familial groups one could meet with many combinations: all sorts of family records had been published which did not fit in with any of the recognized schemata. The present case did not so fit. Cases had been recorded of aberrant Friedreich's disease, spino-cerebellar cases half-way between Friedreich's disease and hereditary cerebellar ataxia in which there was amyotrophy. The occurrence of this type of amyotrophy was of interest from another point of view, because some cases of syphilis showed this systematized combination: combined sclerosis, absent deep reflexes and posterio-lateral column symptoms, extensor response, and wasting of muscles.
Werdnig-Hoffmann's Disease.-W. G. WYLLIE, M.D. D. M., male, aged 5 years and 9 months; born at full time, normal delivery; second of two children.
The mother states that at the age of 10 months the child could crawl but has never walked. When first examined about this time at the Hospital for Sick Children, Great Ormond Street, muscular weakness was noticeable at the proximal ends of the limbs. Beyond the fat covering the bones, very little muiscle substance could be felt at the proximal ends of the limbs. The child had great difficulty in raising the arms at the shoulders, but with the elbows supported had full use of the hands and a good grasp. In intelligence the child has always been forward.
The progress of the disease has been very gradual, but latterly intercostal weakness has been observed. The child's power of coughing is feeble. Now there is some atrophy of the tongue. Scoliosis, contractures at the knees and ankles have occurred; the tendon reflexes are all absent.
The PRESIDENT said the tongue was now beginning to atrophy; it was dimpled and puckered a little. The case seemed to be a characteristic one of the condition.
Cerebral Abscess (Left Frontal Lobe) following Acute Infective Osteomyelitis of Frontal Bone.-CHARLES DONALD, F.R.C.S. S. H., male, aged 13. History. -Admitted to London Hospital on August 7, 1933. Six weeks previously he had been struck on the right brow by a cricket ball and developed a black eye, but remained well till one week before admission when he began
